Baxter column CD34 selection (Baxter, Thetford, UK) and intravenous Campath 1G. Cyclosporin A and methotrexate were given for GVHD prophylaxis, and neomycin and colAn idiopathic hyperammonaemia syndrome has been reported in, and following chemotherapy for, various istin for gastrointestinal decontamination.
loads were removed, and haemodialysis was commenced We describe a case associated with peripheral blood proon day ϩ17. Despite this, the neurological deterioration genitor cell allogeneic transplantation which highlights the continued, with increasing spasticity and a decline in conacute onset, clinical manifestations and poor response to scious state. Focal spasms involving facial and shoulder therapy. muscles were present. An EEG was diffusely slow, with features suggestive of generalised seizure activity. Repeat CT scan on day ϩ17 revealed marked cerebral oedema.
Case report
Despite ongoing haemodialysis and a decline in ammonia levels to 329 mol/l on day ϩ19, an asystolic arrest and A 24-year-old female with high risk myelodysplastic syndeath occurred 19 days post-transplantation. Permission for drome (RAEB-T with monosomy 7 and del 12p) who had a post-mortem was refused. received two prior courses of chemotherapy (ADE Idiopathic hyperammonaemia is a rare cause of encepha-10ϩ3ϩ5, consisting of cytosine arabinoside, daunorubicin lopathy and has previously been reported in patients with and etoposide) was admitted for peripheral blood stem cell haematological malignancies, principally multiple myetransplant from her two antigen mismatched sister. Conloma, 3 following chemotherapy for haematological maligditioning consisted of total body irradiation (14.4 Gy in 8 nancies 4,5 and following bone marrow transplantation. 6 In fractions), busulphan (total 4 mg/kg) and cyclophosphamour patient, other metabolic causes of an encephalopathy ide (total 120 mg/kg). T cell depletion was effected using and secondary causes of hyperammonaemia were excluded. The normal orotic acid excretion excludes ornithine carbamoyltransferase deficiency. plantation remains uncertain, but an acquired defect of urea plasma ammonia levels and early institution of therapy, may considerably improve the prognosis. synthesis remains a plausible explanation. Excessive nitrogenous loads from increased catabolism, total parenteral nutrition, gastrointestinal haemorrhage and changes in the intestinal flora are likely to be contributing factors.
References In post-mortem series, cerebral oedema was the universal finding. This is due to astrocytic oedema perhaps resulting
